A 13-year-old boy presented with mild exercise-induced shortness of breath; he reported being otherwise healthy. Physical examination revealed a reduced arterial oxygen saturation level (82%) and mild cyanosis with clubbed fingers and toes. Chest radiography showed a tubular opacity in the right lower pulmonary lobe (*Panels A* and *B*, arrows). A computed tomography was performed and revealed a complex vascular structure in the right lower lobe (*Panel C*), and three-dimensional computed tomography angiography (*Panel D*, see [Supplementary material online, *Video*](#sup1){ref-type="supplementary-material"}) revealed an arteriovenous fistula with two feeding arteries (arrowheads) and two draining vein (arrows). Selective pulmonary angiography confirmed this diagnosis. The right lower pulmonary lobe was surgically removed, because the feeding arteries were not suitable for occlusion. Subsequently, the patient\'s arterial oxygen saturation level returned to normal (99%), and he is in good condition.

[Supplementary material](#sup1){ref-type="supplementary-material"} is available at *European Heart Journal* online.
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